Abstract A 38-year-old woman with generalized neurofibromatosis was admitted to the emergency department with complaint of pain and nontender mass in epigastrium. She had been treated in another hospital as an intra-abdominal abscess and tube drain was seen to be coming out of the centre of the mass. Later investigations and surgery revealed a large exophytic tumor arising from the posterior wall of the stomach infiltrating the transverse colon. Resection of the involved stomach and middle third of the transverse colon was done. Histology examination proved to be leiomyosarcoma positive for CD117 and S-100. Gastrointestinal stromal tumors (GISTs) in neurofibromatosis type 1 (NF1) are multiple and commonly involve the small intestine. This is a rare case of GISTs in NF1 involving the stomach and presenting as an intra-abdominal abscess.
Introduction
Patients with neurofibromatosis type 1 (NF1) have an increased risk of developing gastrointestinal tumors, including rare types such as Gastrointestinal stromal tumor (GIST). GISTs in NF1 patients are usually multiple and found in the small intestine [1] . We report a case of NF1 with GIST of the stomach presenting as an acute abdomen.
Case History
A 38-year-old female patient having multiple neurofibromatosis, with family history of her mother and sister affected with similar problems (Fig. 1) , presented 2 months earlier to another hospital with severe abdominal pain, high fever, and loss of weight. Emergency laparotomy and drainage were carried out with a diagnosis of an intra-abdominal abscess and a tube drain was left in situ. When she presented to our hospital, a firm, nodular nontender mass, size of about 6 cm×8 cm, was palpable in the left hypochondrium extending to epigastrium and umbilical regions and the drain was seen from the centre of the mass.
Ultrasonography showed fluid collection in the lesser sac suggestive of abscess. CT scan of the abdomen revealed a large mass lesion invading the greater curvature and the posterior wall of the stomach with large necrotic areas within it (Fig. 2 ). On laparotomy it was a large exophytic tumor arising from the posterior wall of the stomach and infiltrating the middle of transverse colon (Fig. 3) . A few enlarged lymph nodes were seen along the greater curvature of the stomach. Resection of the involved stomach and middle third of the transverse colon was done. Postoperative period was uneventful. Investigations were positive for CD117 and S-100. Histology report of the tumor showed leiomyosarcoma infiltrating the transverse colon, and lymph nodes showed no tumor deposit.
Discussion
NF1 is a tumor suppressor gene and inactivation of the NF1 gene occurs in about 1 in 3,000 births, and it can be familial with an autosomal inheritance pattern as seen in our patient. Persons affected by NF1 have a much greater probability (7 %) of developing GISTs than general population, and majority of these are found in the small intestine in multiple numbers. In our case, it was a single tumor arising from the stomach.
The origin of these GISTs may be different because of the lack of identified KIT and PDGFR mutation in patients with NF1 [1] . Miettinen and Lasda reported only one gastric GIST out of 45 patients of GIST associated with NF1 [2] . In a case series of four GISTs from Mumbai, one patient had NF1 with GIST of the duodenum [3] .
GIST may be asymptomatic, and if symptomatic they may produce mass effect and are often diagnosed only after resection and histopathological examination. Contrastenhanced CT scan and magnetic resonance imaging are more sensitive in diagnosing GIST. Smaller tumors are usually well circumscribed with neovascularity and larger GISTs can be heterogeneous mass with areas of necrosis and hemorrhage. Metastasis to lungs and lymph nodes is rare. So, lymphadenopathy is rarely seen in imaging studies [4] .
Histologically the tumor is highly cellular and composed of spindle-shaped cells that resemble smooth muscle tissue. Confirmation of diagnosis of GIST is done by immunohistochemistry and electron microscopy.
Immunohistochemistry reveals expression of CD117 and other antigens with a positivity of 90-100 %, CD34 with 70 % positivity. CD117 is a growth factor receptor with a tyrosine kinase activity and is a product of proto-oncogene c-kit. CD117 is expressed in all GISTs and plays an important role in specific diagnostic criteria for GISTs. NF1 GISTs often shows S-100 reactivity, a marker of neural differentiation [5] .
Surgical resection remains the mainstay of treatment and offers the only chance for cure [6] . For small gastric tumors, wedge resection is adequate, and larger tumors necessitate subtotal or total gastrectomy as in our patient [7] . Despite the proven success of Imatinib and other newer tyrosine kinase inhibitors, 50-70 % of GISTs have partial response to these [8] . 
